Absence of the aortic valve cusps in association with a normal left ventricle has not previously been reported.
Absence of the aortic valve cusps with a normal aortic root is a very rare anomaly. To our knowledge only three cases have been reported.'3 A hypoplastic left ventricle was found in all three cases; and in two there was a double outlet right ventricle. One case was diagnosed in life by cross sectional echocardiography. This report describes a case of absence of the aortic valve cusps with a normal left ventricle, mitral atresia, and enlarged ascending aorta that was diagnosed by cross sectional echocardiography and confirmed at necropsy.
Absence of the aortic valve cusps in association with a normal left ventricle has not previously been reported.
The ascending aorta was very dilated (1-4 cm in diameter) and the aortic valve cusps could not be found (fig 1) . The pulmonary trunk was dilated with a dysplastic pulmonary valve. Saline was injected through a catheter inserted into the aortic arch via the umbilical artery and bubbles passed to the left ventricle.
The patient became increasingly ill and died when he was 24 hours old. The necropsy showed the following: the heart had a normal atrial arrangement; the pulmonary veins drained normally into the left atrium and the foramen ovalis was patent. The mitral valve was atretic with an imperforate valve membrane and a concordant atrioventricular connection but papillary muscles and chordae were present (figure 2a). The three aortic valve cusps were absent (figure 2b) but the coronary sinuses were normal although the aortic root was small. The size of the left ventricle was normal for the age of the patient. The ascending aorta was dilated and a ductus arteriosus was present. The pulmonary valve had three cusps, each showing some myxoid dysplasia. Case report A baby weighing 3 5 kg was admitted to hospital when he was 12 hours old because of respiratory distress. He was the first son of healthy parents. Pregnancy was uneventful and he was delivered by caesarean section. Apgar scores at 1 minute and 10 minutes were 5 and 10 respectively.
Discussion
On admission the baby had mild respiratory distress (60 breaths/min), cyanosis, and a heart rate of 160 beats/min. 
